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CONGENITAL HEART DISEASE 


Congenital heart disease is one of the four major 
groups of heart disease, the others being rheumatic, 
syphilitic and degenerative heart disease. This 
term should be given to those patients who suffer 
from some form of developmental abnormality of 
the heart and may include many different condi- 
tions with different symptoms and signs. Many 
abnormalities may occur, however, in the develop- 
ment of the heart and great vessels without inter- 
fering with the proper circulation of blood and 
may exist without symptoms. These abnormalities 
may be recognized during life such as situs inversus 
with the heart on the right side, but many of them 
are found at autopsy in patients who have lived 
normal lives and have suffered no cardiac distress. 
These individuals cannot be said to have heart 
disease and should not be included under the term 
of congenital heart disease. 

Developmental abnormalities may interfere with 
the circulation sufficiently to cause heart disease at 
several different periods of life. The embryonic 
development of the human heart from a single 
straight tube to the complicated four-chambered 
organ with its unusual mechanism may not pro- 
ceed in an orderly fashion so that during fetal life 
an adequate circulation is not carried on and a 
miscarriage results. Immediately following birth 
the circulation of blood changes and in the suc- 
ceeding weeks a postnatal type of circulation is 
established. During this second period a develop- 
mental abnormality in the heart may interfere with 
the establishment of postnatal circulation to such a 
degree that signs of heart disease. can be recog- 
nized. The new-born child becomes cyanosed, 
breathes with difficulty, may fail to grow properly, 
and may die in the first few days or weeks as a 
result of this disturbed circulation. Congenital 
heart disease is, therefore, of great importance to 
obstetricians and other practitioners coming in con- 
tact with infants during the first weeks of life. 
The mortality from this form of heart disease is 
highest at this period of life. No remedial meas- 


ures have been proposed which in any way tend 
to lower this mortality rate. The more common 
abnormalities found at autopsy in these patients 
are absence or rudimentary development of inter- 
auricular or interventricular septa, atresia of one 
of the cardiac chambers, particularly the right ven- 
tricle or an atresia of the pulmonary artery or 
aorta. Frequently several of these lesions are found 
in the same heart. Cyanosis is a most important 
symptom; the heart is usually enlarged to a mod- 
erate degree, the rate is rapid and forceful and 
murmurs may or may not be heard. 

If the developmental abnormality is of a kind or 
degree which does not interfere with circulation 
during the first weeks of life, the infant may do 
well apparently for several years until the increase 
in physical activity and frequency of infections of 
later years throw sufficient strain on the heart and 
circulation to produce signs of heart disease. These 
children are usually retarded in growth, become 
cyanosed easily, breathe with difficulty and show 
many other varied signs which are usually con- 
sidered to be a part of congenital heart disease. 
These signs are clubbing of the fingers and toes, 
polycythemia, pallor with peripheral cyanosis, a 
tendency to respiratory infection, chilling and 
physical signs in the chest of precordial deformity, 
cardiac enlargement, increased force to the heart 
beat, precordial thrills over the body of the heart 
and a loud rough cardiac murmur. There may be 
signs of chronic passive congestion, continuously or 
recurrently, of slight or severe degree in the tho- 
racic and abdominal viscera. Severe cyanosis is 
not common at this period of life in these children, 
the most important signs being the retardation of 
growth and the physical signs of circulatory dis- 
tress. These signs are most important in deter- 
mining the prognosis at this third period. The 
abnormalities which are found at autopsy in these 
patients are commonly defects in the septum and 
atresia of the pulmonary artery or aorta of a lesser 
degree. 


2 
iq 
Vol. I No. 9 
& 
| 
a 
: 
5 j . 


These patients are usually under the care of 
general practitioners or pediatricians and a great 
deal can ‘be done for them, particularly for those 
children with milder forms of cardiac distress. 
Careful, constant attention to general measures 
will often enable such a child to live in fair com- 
fort for many years beyond the time when he 
might otherwise die. Intensive nutritional study 
and care of the individual child, regulation of the 
daily routine activity, restricting the physical ex- 
ercise within the limits of endurance, avoidance of 
fatigue, acute infections, etc., prolong life and 
make life more comfortable for these patients. 
These children are prone to respiratory infections, 
particularly when there is slight or severe cyanosis 
and the usual contagious infections of childhood 
may interrupt an otherwise favorable course. At 
this period of life, routine physical examination at 
school, camp, or during the course of some other 
illness, may reveal signs of heart disease which had 
escaped notice or had been so slight as to attract 
no notice. In these milder forms a systolic mur- 
mur may be the only finding and the difficulty of 
making a proper diagnosis may be great. A loud 
rough constant systolic murmur over the body of 
the heart found under any and all conditions of 
examination should make one suspect a develop- 
mental abnormality and when other signs of heart 
disease such as cardiac enlargement, thrills, dia- 
stolic murmurs, etc., are found the suspicion is 
usually justified. X-ray of the heart and electro- 
cardiograms may assist in confirming the diagnosis. 
Congenital heart disease first recognized at this 
period of life must be differentiated from those 
forms of heart disease in children acquired from 
acute infections and especially from rheumatic 
heart disease. These differential diagnoses are of 
great academic interest and importance but usually 
are of little concern to the patient since the man- 
agement and treatment of either type of heart dis- 
ease is very similar and the prognosis from this 
period of life on is similar. 

The last period of life when patients with con- 
genital heart disease present special problems is 
during the adolescent and early adult years. If a 
child with a developmental abnormality in the 
heart survives the fetal period, the weeks immedi- 
ately following birth, and passes successfully 
through the first seven or eight years of life at 
play and at school, he probably will continue in 
reasonably good health and enjoy life with slight 
or no restrictions. Even those with obvious con- 
genital heart diseasey under proper care and by 
adjustment of their activities to the limits of their 
cardiac and respiratory handicap, may last the 
usual span of life. Careful adjustment and med- 
ical supervision is usually necessary however. Pa- 
tients with congenital developmental abnormalities 
who live past the age of childhood seem to be prone 
to streptococcus viridans infection resulting in sub- 


acute bacterial endocarditis. It has also been 
pointed out by many observers that subacute bac- 
terial endocarditis in a young adult will usually be 
found superimposed on either a developmental de- 
fect or a healed rheumatic valvular lesion. Indeed, 
ic seems that most adults with developmental ab- 
normalities who die a cardiac death, have a sub- 
acute streptococcic endocarditis. Measures to pre- 
vent such a termination have not been successful. 
It is interesting to note that patients who have co- 
arctation of the aorta with or without a patent § 
ductus arteriosus are seen more frequently during 
adult life than any other form of major develop- 
mental abnormality. 

The case frequency of congenital heart disease de- 
creases rapidly with advancing years. In a chil- 
dren’s cardia¢ clinic, patients with this form of 
heart disease make up about 10 to 20 per cent of 
the total number, and in those clinics associated 
with a children’s hospital the greatest number of 
congenital lesions are seen in the first two years of 
the first decade. In each succeeding decade, the 
relative frequency is increasingly less until after] 
50 years of life these patients are rarely seen. It 
is important to reserve the term congenital heart 
disease for those patients who suffer from heart 
disease and who realize therefore they have a 
congenital abnormality in the heart or great ves- 
sels, and to use congenital abnormality or anomaly 
of the heart for those individuals who are found 
at autopsy to have an anatomical developmental 
abnormality of the heart or for those children who 
have a few signs of such an abnormality without 
symptoms of distress. 


Hucu McCuttocn, M.D., 
St. Louis, Mo. 
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Harrison, T. R., Calhoun, J. A., and Turley, F. C.; 
Congestive Heart Failure. No. 11—The Effect of Digi- 
talis on Dyspnoea and on the Ventilation of Ambulatory 
Patients with Regular Cardiac Rhythm. Arch. Int. 
Med. 48: 1202: (Dec.) 1931. 


Harrison and others call attention to the bene- 
ficial effect of digitalis in ambulatory cardiac pa- 
tients whose main complaint is dyspnoea. Most of 
their patients had never had congestive heart fail- 
ure. Of 19 having paroxysmal nocturnal dysp- 
noea (cardiac asthma) 16 were completely re- 
lieved by digitalis, two were partially relieved and 
one was worse. Definite benefit was obtained by] 
15 out of 43 patients complaining of dyspnoea on 
exertion; 14 others received apparent benefit and 
there was no improvement in 12. The authors 
conclude that digitalis is of value even before the 
development of congestive failure in patients with] 
diminished cardiac reserve, particularly in those 
who suffer from paroxysmal dyspnoea. — 


| 


1 
t 
J 
lid 
f 
f 
d 
yf 
rt 
rt 
a 
it 
ry 
it. 
id 
n 
rs 
se 


